A retrospective study of systemic sclerosis (SSc) in Blacks attending a tertiary hospital on the Witwatersrand, South Africa, was undertaken. The female:male ratio of the 63 patients was 4.6:1 and the mean age of onset of SSc was 36.1 yr. Four of the 11 males were ex-goldminers and nine females resided close to goldmines. Forty-one patients had diffuse cutaneous SSc (dcSSc), 18 had limited cutaneous SSc ( lcSSc) and four were unclassified. Overall, 56% had pulmonary fibrosis, 37% had myositis and 98% were antinuclear antibody (ANA) positive, with a notable absence of anti-centromere antibodies. Subset comparisons showed myositis and a reduced forced vital capacity to be significantly more common with dcSSc than lcSSc. The only significant sex differences were that arthralgia/arthritis was more common in women, while calcinosis occurred more frequently in men. Seven of the eight known deaths occurred in patients with dcSSc. These findings, particularly the age of disease onset, predominance of the dcSSc subset, inflammatory features of myositis and a raised erythrocyte sedimentation rate, and absence of anti-centromere antibodies, are similar to those reported previously in African-Americans. . Where case records had insufficient information for seen over a 10 yr period at a teaching hospital, in whom subset classification, patients were categorized as having the majority had diffuse cutaneous disease, anti-Scl-70 unclassified SSc. The following definitions were used to antibodies (ATA) were common and anti-centromere define certain clinical features: (i) onset of diseaseantibodies (ACA) were absent [7].
Systemic sclerosis (SSc) is a multisystem connective of clinical and laboratory manifestations of SSc in the general Black population. We, therefore, undertook tissue disease known to occur in all populations, but the prevalence and spectrum of clinical and laboratory a retrospective study of patients living on the Witwatersrand, a region of South Africa that is intimmanifestations vary with occupation and ethnicity [1] . African-Americans, whose ancestral roots are mainly in ately related to the goldmining industry. West Africa, have a moderately increased risk of developing SSc compared to White Americans [2] . In conPatients and methods trast, the disease is generally considered to be rare in Case records of Black patients, attending the Connective sub-Saharan Africa [1] . Only two cases of 'systemic ' Tissue Diseases Clinic at the Chris Hani Baragwanath scleroderma were observed at a teaching hospital in Hospital and who fulfilled the classification criteria for Nigeria over a 5 yr period [3] . In South Africa, initial SSc [8], were reviewed. The hospital was, until recently, studies showed SSc to be similarly rare in Blacks comthe only tertiary care centre for the estimated 3-4 million pared to Whites, both in the general population and in Blacks of Soweto and surrounding townships. Patients goldminers exposed to silica [4] . Increasing numbers of had been referred to the clinic from primary health care cases have been reported more recently: 24 cases in clinics, general medical wards and other specialist clinics goldminers in whom pulmonary complications were within the hospital. found to be a major cause of morbidity [5]; 13 cases as Patients were further classified as having either diffuse part of a survey of 221 patients with benign oesophageal cutaneous (dcSSc) or limited cutaneous ( lcSSc) disease disorders in Blacks of Cape Town [6 ]; and 108 patients, [9] . Where case records had insufficient information for seen over a 10 yr period at a teaching hospital, in whom subset classification, patients were categorized as having the majority had diffuse cutaneous disease, anti-Scl-70 unclassified SSc. The following definitions were used to antibodies (ATA) were common and anti-centromere define certain clinical features: (i) onset of diseaseantibodies (ACA) were absent [7] .
patient-recalled or physician-documented onset of There have been no studies on the overall spectrum Raynaud's phenomenon or a non-Raynaud's phenomenon symptom characteristic of SSc (10); (ii) myositis- 1995, fulfilled the criteria for SSc. Five patients with SSc were excluded from the study because they were either of mixed ancestry or had inadequate case records. Table 1 shows demographic features of the remaining nephropathy secondary to -penicillamine therapy. Three patients had overlap features of seropositive 52 female and 11 male patients. Five patients had a history of occupational exposure to silica for >10 yr, rheumatoid arthritis (RA) and SSc. There were no significant associations of ATA with pulmonary fibrosis four males having worked as goldminers and one female having worked in a brickyard. One other male developed nor of anti-RNP antibodies with overlap features of myositis or RA. SSc after working for 2 yr at a plastics manufacturing plant. All of these six patients had dcSSc. A further Subset comparisons showed that myositis and a reduced forced vital capacity (FVC ) were significantly nine females resided within 10 km of an operational goldmine, but with no history of exposure to silica. more common with dcSSc than lcSSc (51% vs 12%, P = 0.005 and 91% vs 64%, P = 0.03, respectively). A The clinical and laboratory manifestations of the overall group are shown in Table 2 . Pulmonary hypertenreduced FVC was not specifically related to the presence of myositis. The only significant sex differences were sion was secondary to pulmonary fibrosis in six patients and one patient had isolated pulmonary hypertension.
calcinosis, more common in males than females (55% vs 12%, P = 0.001), and arthralgia/arthritis, occurring Of the four patients with serositis, three had pleural effusions and one had a pericardial effusion. Serious more frequently in females than males (75% vs 36%, P = 0.012). renal complications occurred in three patients, including scleroderma renal crisis (SRC ), chronic hypertensive There were eight known deaths (seven dcSSc, one lcSSc), caused by small cell cancer (1), bacterial meninnephrosclerosis with renal failure, and membranous gitis (1), hypertensive heart disease (1), hypertensive nephrosclerosis with renal failure (1), SRC (1), cor miners is related to the intensity and cumulative life-time exposure to silica dust rather than the presence of late (atrophic) complications, such as malabsorption [26 ] , may have been underestimated. Finally, many of silicosis [12] . Recent evidence indicates that silica indirectly, by inducing the release of reactive oxygen species the patients, mainly because of the high costs and difficulties with transport, were lost to follow-up. It is [14] , promotes metal-catalysed (iron and copper) oxidation and fragmentation of autoantigens unique to dcSSc possible that, at least, some of those lost to follow-up developed fatal SRC, a complication typically occurring [15] . Our findings also suggest geographical clustering of SSc. Indirect silica exposure has been previously in early rapidly progressive dcSSc [27] . Notwithstanding these limitations, the present study implicated in a case of a woman with SSc whose husband was exposed to silica dust [16 ] , but none of the nine provides a greater understanding of the spectrum of clinical features and autoantibodies in Black South females residing close to goldmines had a spouse or other family member working in a mine.
Africans with SSc. Clearly, there is a need for further work on the prevalence and clinical correlates of antiInter-ethnic differences in clinical and laboratory manifestations of SSc have been well documented in the fibrillarin ( U3RNP) antibodies, associated with pulmonary hypertension in dcSSc [28] , and anti-RNA polypast. In Europeans, lcSSc is the predominant subset, which is often associated with ACA, usually presents merase antibodies, found to carry a poor prognosis in Japanese patients [29] . Immunogenetic studies are curafter the age of 40 yr and has a slowly progressive course. Mortality is frequently due to isolated pulmonrently under way. The association with the C4 null allele is of particular interest since 55% of our patients had ary hypertension and intestinal malabsorption [17] [18] [19] . In Africans, as observed in the present study, the major-C4 hypocomplementaemia. In the UK population, the C4 null allele was the strongest independent susceptibility of patients have dcSSc, the mean age of onset is below 40 yr, and ACA are very rare or absent [7, 20, ity factor for SSc [30] . Also, the role of goldmining and silica exposure in the causation of the SSc needs to be 21]. Although the rarity of lcSSc in Blacks probably reflects a true ethnic difference in the clinical expression explored further. of SSc, lcSSc may be under-reported because of the difficulty of diagnosing mild limited disease in the Black it is likely that some of the patients had the indolent S Afr Med J 1983;63:957-9.
non-inflammatory myopathy of SSc [19] . Three females The frequency of telangiectasia, calcinosis, isolated 9. LeRoy EC, Black C, Fleischmajer R, Jablonska S, Krieg pulmonary hypertension, malabsorption and SRC was Secondly, owing to the relatively short follow-up period,
